SUMMARY Relations between platelet counts and mean pulmonary arterial pressures, capillary oxygen tension, and haematocrit were studied in 37 patients, aged 2 to 16 months, with simple aortopulmonary transposition (an intact ventricular septum and no ductus arteriosus). There was a statistically significant inverse relation between pulmonary arterial pressures and platelet counts. Six out of the eight patients (4-16 months old) with raised mean pulmonary arterial pressure had thrombocytopenia (< 100 000/mm3) and none of the 25 patients with a normal mean pulmonary pressure ( < 20 mm Hg) showed thrombocytopenia. Pulmonary arterial pressures were not measured in four patients: the platelet count was 7000/mm3 in the patient with a left ventricular systolic pressure of 90 mm Hg but it was > 100 000/mm3 in the three in whom left ventricular systolic pressure was < 50 mm Hg. Platelet counts were positively correlated with capillary oxygen tension and inversely correlated with haematocrit in all 37 patients. Despite the persistence of pulmonary hypertension, thrombocytopenia improved after corrective surgery in five patients, even in those who had thrombocytopenia before operation.
Haematological abnormalities including polycythaemia, thrombocytopenia, and hypercoaguability are often reported in patients with cyanotic heart disease."3 These abnormalities can cause serious perioperative complications. Although some studies have indicated that patients with cyanotic heart disease may have disseminated intravascular coagulation6 others have not.2 ' We have found severe thrombocytopenia with a bleeding tendency in some of our patients with simple aortopulmonary transposition (an intact ventricular septum and no ductus arteriosus) in whom pulmonary arterial pressure is raised. This prompted an investigation of the association of thrombocytopenia and pulmonary hypertension in patients with simple aortopulmonary transpbsition.
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RELATIONS BETWEEN PLATELET COUNTS AND MEAN PULMONARY ARTERIAL PRESSURES, CAPILLARY OXYGEN TENSION, AND HAEMATOCRIT
In the 33 patients in whom pulmonary arterial pressures were known, platelet counts were inversely correlated with mean pulmonary arterial pressures (mean pulmonary arterial pressure = 57 -12*3 loge (platelet counts/104); r = -0-79, p < 0-001 (fig 1) ). For example, six of the eight patients with raised mean pulmonary arterial pressure had thrombocytopenia ( < 100 000/mm3 with cyanotic heart disease.7`9 Ekert et al reported platelet counts of < 100000/mm3 in eight of 28 patients with cyanotic heart diseases, including aortopulmonary transposition; all eight were more than three years old.7 Paul et al showed that thrombocytopenia was rare in infants aged less than a year.9 Gross et al showed that thrombocytopenia was most common in older patients with hypoxaemia and polycythaemia.8 Thus it seems likely that the severity of thrombocytopenia in patients with cyanotic heart disease is related to the duration of both hypoxaemia and polycythaemia. The present c study also showed that the severity of hypoxaemia and polycythaemia was significantly related to the platelet count. Some investigators have demon-, 9 , strated a decrease in platelet life span in cyanotic 70 80 patients with normal platelet counts as well as in those with thrombocytopenia,'01' suggesting that counts and there may be compensated thrombocytolysis with relative and absolute megathrombocytosis in cyanotic patients. between 12 and In our patients with simple aortopulmonary transposition thrombocytopenia was even found in telet count of patients aged less than 18 months if pulmonary arteic complications rial pressure was increased. In addition, continuing Lirpura and hae-high pulmonary arterial pressures in these patients n three patients after corrective surgery indicated the presence of karyocytes with pulmonary vascular obstructive disease. The early them.
occurrence of thrombocytopenia associated with Lised mean pul-advanced pulmonary vascular disease may be a mm Hg) before specific feature of simple aortopulmonary trans-,ic (7000/mmr3) position.
Imonary arterial
It is now generally thought that pulmonary vaso-374 Terai, Nakazawa, Takao, Imai counts in patients with severe thrombocytopenia before operation, despite the persistence of pulmonary hypertension. Clearly the presence of thrombocytopenia is not solely related to the development of pulmonary vascular disease. The pulmonary vascular state may, however, influence the rate of destruction of platelets in the lung. In other words the association of pulmonary vascular disease may contribute to the early induction of thrombocytopenia in patients with simple aortopulmonary transposition.
Although the basic mechanism has not been confirmed, thrombocytopenia is an important clinical finding which indicates the presence or development of pulmonary vascular disease. Operation during early infancy should prevent the development of pulmonary vascular disease and haematological abnormalities.
